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F i f t y -n i n e p a t i e n t s w i t h JRA were e n r o l l e d i n a t h r e e month openl a b e l , r n u l t i -c e n t e r s t u d y of o x a p r o z i n . A once d a i l y dosage s c h e d u l e based on body w e i g h t began a t 1 0 mglkglday and was i n c r e a s e d t o a maximum of 20 mglkglday ( r a n g e 10-24).
T h i r t y p a t i e n t s c o n t i n u e d t h e maximum dosage i n t o a n i n e month e x t e n s i o n p e r i o d . Global a s s e s s m e n t s c o r e s of t h e i n v e s t i g a t o r s , p a r e n t s and p a t i e n t s showed moderate t o marked improvement i n more t h a n 60% of p a t i e n t s . At l e a s t 25% improvement from b a s e l i n e v a l u e s o c c u r r e d i n more t h a n 30% of t h e s e patient.s. S i g n i f i c a n t mean changes were a p p a r e n t i n t o t a l s c o r e f o r j o i n t s w e l l i n g , a c t i v e j o i n t s , g r i p s t r e n g t h , t r a v e l t i m e and d u r a t i o n of morning s t i f f n e s s . R e s u l t s were m a i n t a i n e d d u r i n g t h e e x t e n s i o n p e r i o d .
At l e a s t one d r u g r e l a t e d a d v e r s e e f f e c t was r e p o r t e d by 47% of p a t i e n t s d u r i n g b o t h p a r t s o f t h e s t u d y w i t h g a s t r o i n t e s t i n a l d i s o r d e r s b e i n g t h e most common. E i g h t p a t i e n t s d i s c o n t i n u e d t r e a tment b e c a u s e of d r u g -r e l a t e d problems. A v e s i c u l a r e r u p t i o n o n exposed s k i n a r e a s t h a t i n c r e a s e d w i t h d u r a t i o n o f t r e a t m e n t was s e e n i n 1 0 p a t i e n t s , s i g n i f i c a n t d e c r e a s e s i n hemoglobin i n 5 , and i nc r e a s e s i n t r a n s a m i n a s e l e v e l s i n 2. Oxaprozin a p p e a r s t o b e more p h o t o t o x i c b u t o t h e r w i s e s i m i l a r t o o t h e r n o n -s t e r o i d a l a n t i i n f l a mmatory d r u g s i n childre11 w i t h JRA.
ISOLATED CENTRAL NERVOUS SYSTEM (CNS) VASCULITIS IN CHILDHOOD -
George L. A l l e n , A u d r q r M. Nelson, Manuel R. Gomez. Mayo C l i n i c , R o c h e s t e r , MN 55901, USA.
V a s c u l i t i s i s o l a t e d t o t h e CNS w i t h o u t a p p a r e n t s y s t e m i c i n v o l v ement i s u n u s u a l . We r e p o r t f i v e c a s e s of t h i s e n t i t y w i t h l o n g t e r m follow-up. Each c a s e had t h e c h a r a c t e r i s t i c l e s i o n s of CNS v a s c u l i t i s d e m o n s t r a t e d on c e r e b r a l angiography.
The a g e of o n s e t was from 3-15 y e a r s . There were t h r e e f e m a l e s and two males. Each had a h e m i p a r e s i s which came o n suddenly o r developed o v e r a two t o t h r e e day p e r i o d a s t h e c h i e f m a n i f e s t a t i o n .
Prodromal symptoms i n c l u d e d headache i n two c a s e s , s l i g h t d i z z i n e s s i n one c a s e and undue f a t i g u e i n a n o t h e r . Each p a t i e n t had d e m o n s t r a b l e n e u r o l o g i c d e f i c i t s on p h y s i c a l exami n a t i o n and none had any of t h e u s u a l m a n i f e s t a t i o n s of s y s t e m i c v a sc u l i t i s such a s m y a l g i a s , p e r i p h e r a l n e u r o p a t h y , a r t h r a l g i a s o r o t h e r o r g a n involvement.
B a s i c l a b o r a t o r y t e s t s were normal i n c l u d i n g CBC, ESR, FANA, anti-n-DNA, LE p r e p , serum p r o t e i n e l e c t r o p h o r e t i c p a t t e r n , and CSF s t u d i e s . EEG and head CT when done demonstrated a b n o r m a l i t i e s e x p e c t e d from t h e p h y s i c a l exam and c e r e b r a l angiography. These c a s e s have been followed 8-18 y e a r s (mean 1 
i t S a n d s t a d , and E r i k ~% s s . Oslo S a n i t e t s f o r e n i n g Rheumatism H o s p i t a l , O s l o , Norway.
E i g h t y p a t i e n t s w i t h JRA were randomized, 40 i n each group. Female: male 3 : l . Median age was 12.4 y r s , range 3.2-15.7. P a u c i : p o l y a r t i c u l a r t y p e , o n s e t 2.3:1, c o u r s e 1 . 8 : l . -2 -2 A c t i v e j o i n t s ( y ) 5 5 50 -12 -2 -21 -11 Swollen j o i n t s ( y ) 50 50 -13 -2 -14 -11 G r i s t r e n t h ( z ) 87 70 6 3 15 8 X ) Elobal t s s e s s m e n t by g r a p h i c r a t i n g s c a l e (1-20, 20=Gximal a c t i v i t y ) y ) I n d e x , g r a d i n g j o i n t s by s e v e r i t y and s i z e . z ) i n mm Hg.
NAP was g i v e n b . i . d . lomgfkglday and m i c r o e n c a p s u l a t e d ASA t . i . d . 75mglkglday. A l l a n t i r h e u m a t i c t h e r a p i e s were stopped f o r d e f i n e d p e r i o d s of time p r i o r t o randomization. Concomitant drug and s u r g i c a l t h e r a p y were n o t allowed. Changes i n d i s e a s e a c t i v i t y were mainly a s s e
Improvement of d i s e a s e a c t i v i t y was s e e n i n 23 NAP t r e a t e d p a t i e n t s and i n 1 6 w i t h ASA, l a c k of r e s p o n s e i n 12 NAP and 2 ASA. Withdrawals due t o a d v e r s e r e a c t i o n s were more f r e q u e n t i n ASA t r e a t e d p a t i e n t s ( 2 0 ) t h a n i n NAP ( 5 ) , g a s t r o i n t e s t i n a l i n 712, CNS 1212, s k i n 312, l i v e r 810.
Both d r u g regimens seemed t h e r a p e u t i c a l l y effective, b u t NAP r e s u l t e d i n fewer a d v e r s e r e a c t i o n s t h a n ASA. B r i g h t a v e r a g e and s u p e r i o r I.Q. p r e v a i l e d b u t 45% were u n d e r a c h i e v i n g , 41% e x p e c t e d a c h i e v e m e n t , 12% o v e r a c h i e v e d r e l a t i v e t o p o t e n t i a l . B.D. was s i g n i f i c a n t l y and d i r e c t l y r e l a t e d t o p a r e n t a d j u s t m e n t and o v e r p r o r e c t i v e n e s s . The f r e q u e n c y of B.D. tended t o b e d i r e c t l y r e l a t e d t o a g e and s e v e r i t y of impairment. C h i l d r e n p e r c e i v e d t h e i r i l l n e s s a s a c t i v e a g g r e s s i o n r e q u i r i n g energy t o c o u n t e r a c t . E x c e s s i v e a n x i e t y , poor a n g e r cont r o l , s e l f -b l a m e , dependency, c o n s t r i c t e d p e r s o n a l i t y were p r e v a l e n t .
A r e a s i d e n t i f i e d i n t h i s s t u d y p r o v i d e d i r e c t i o n f o r d e v e l o p i n g p r e v e n t i v e t h e r a p e u t i c programs which s h o u l d b e s t a r t e d a t t h e o n s e t of JRA. A d o l e s c e n t s , t h e s e v e r e l y d i s a b l e d and t h o s e w i t h p o o r l y a d j u s t e d , o v e r p r o t e c t i v e p a r e n t s a r e a t h i g h e s t r i s k f o r B.D.
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